Editorial Comment
All Children Are Special: The Child with PKU The following is a letter written by Anna Weaver about her family, and especially about her children. The Weavers live in a rural part of Lancaster County, Pennsylvania, and have a long Mennonite heritage. Dear Friends, I read with interest the article in the July-August issue of Family Life about PKU [phenylketonuria] and if it is necessary to take the tests. Yes, it definitely is important. Why? Let me tell you our experience.
We are parents of six children. One, our oldest, is an untreated PKU child, another is a treated PKU child, one has a cleft palate, and the rest are normal.
Our first child was born on April 8, 1976, weighing 81;2 pounds. Esther Faye seemed like a normal baby. She had a very good appetite, was very content, and seemed alert the first couple of months at least. She sat by herself at 61/2 months, but made no effort at walking or crawling until she was around 18 months. She could stand and walk around furniture and bend over and pick something up but would not take steps alone. At 19 months, she started walking like she had been doing it for a long time. She didn't get bumps like the other children after her. After Esther started walking, she had to be watched at all times because of wandering off. She didn't have a fear of anything.
Around 19 months is when her crying started. Sometimes she would cry for a half hour to an hour upon waking from her nap. We didn't know what to do. If we rocked her, she went back to sleep and went through the ordeal all over again. So we decided that it was best to just let her cry it out. When Esther was carried around, she let all her weight hang. It was very tiring when she had to be carried.
When she was about 2 years old, we noticed that she was going more into a world of her own. It seemed sometimes that she might not hear, but then other times we knew she heard. We got her hearing checked, and they said she had normal hearing. Her attention span also got shorter, and we thought she must just be slow in developing mentally.
Our second child, Grace Irene, was born on January 31, 1978, a healthy 9 pounds. Soon after her birth, we knew that there surely must be something wrong with Esther. Grace was much more alert and soon started doing things that Esther never really did.
When Esther was 3 years old, she started at a center for handicapped children. It seemed Esther was making some progress. She was potty-trained at 3 and also learned to eat by herself. Up to this time, she was being fed. She still did not have any speech, which concerned us. There was always this question, &dquo;What is her problem?&dquo;
On February 24, 1980, we had our third child, a bouncing 10 pound 12 ounce boy named Paul Harvey. He too seemed like a healthy baby. We soon saw in his development that there wasn't anything wrong with him, much to our relief. Esther didn't bother with any of the other children. She liked to be left alone.
In October 1980, we took her back to the hospital and six doctors watched her for awhile as she played in the waiting room. They took a urine sample for a PKU test and sent us home. A few days later, our social worker from the center broke the news that we will always have a mentally handicapped child. Yes, she had PKU. Why didn't the doctor do this test when she was a baby? Our children were bom at home and he didn't do the test on home deliveries. Anyway, who ever thought The Weaver family (clockwise from left): EstherFaye, Anna, Paul Harvey, Harvey, Grace Irene, Elmer, Joyce Marie, Anna Louise anything like this was in our &dquo;friendshaft&dquo;? We never heard of it. I come from a family of 14 and none of the others had anything like this. Well, we learned pretty quick what PKU was.
Esther was put on a low-protein diet, which was hard, since she was used to eating everything. Also, she had to drink a special formula, which smelled like &dquo;stinky potato water.&dquo; The only way we got some of that in her was with one person holding her mouth open and the other putting it in. I also mixed it with other foods and then she quit eating for a little. She could smell when it was in something. To this day, she still smells most things. Her &dquo;phe&dquo; levels dropped, and we again had a happy little girl. The doctor said she probably had pain in her brain because of her high &dquo;phe&dquo; levels. This is what caused the crying.
Grace and Paul Harvey were also tested but didn't have PKU. We were pretty sure that they didn't, because of how they were developing. On March'7,1982, our fourth child, Anna Louise, was born, weighing 71i2 pounds. The doctor gave her a blood test at 12 hours of age, 24 hours of age, and 3 days of age. He took every precaution this time. He took the regular PKU test at 3 days of age. We didn't hear anything from him for the first three days so we were almost convinced that she was okay. On the fourth day, the phone rang and someone said she was coming to take another blood test from our new PKU child. When the doctor called, he said Anna's levels at 12 hours were already elevated and at 24 hours had jumped another couple milligrams. She was put on Lofenalac, a PKU formula, plus breast-feeding. She had to have a blood test once a week for six months to monitor her blood &dquo;phe&dquo; levels. After six months, she needed blood tests every two weeks and then once a month. She has developed into an average child for her age. At 3 years of age, she knew already what foods she could or could not eat. She is doing fairly well with her diet because she has a living example around her of what happens if children aren't diagnosed at birth or at an early age. We are trying to put Esther back on a diet to see if it helps with her behavior problems, which are normal for untreated PKU children. She has never learned to talk. She understands more than we think. Sometimes she understands better than others. She gets into a lot of fits where she just screams and spits, especially while riding in the car. She loves music and hums tunes to some songs. She went to the center for handicapped children until she was 5, then had to go to another school. She went there until she was 15. She just wasn't learning much academically anymore. She now goes to a handicapped workshop two days a week. Elmer, our fifth child, was born on September 13, 1983. He did not have PKU. Our sixth child, Joyce Marie, was born on September 22, 1985, weighing 9 pounds. She looked like a Cabbage Patch Doll. She had fat cheeks and her lower jaw was back a little. Little did we know what lay ahead of us. She tried to nurse, but what a struggle! Finally after a couple of days of battling to feed her, she would sleep three hours after trying to feed. We thought she must be getting enough because she slept pretty long. We found out she was simply exhausted. She was losing weight and this was very unusual for our babies. We got bottles and tried to feed her by bottle, but it seemed that she couldn't even get that. Finally, after a week of battling and after Joyce went limp in my arms (I thought we had lost her), the neighbor lady and I decided to shine a flashlight in her mouth to see if something could be wrong. It sure was. We could see the holes going up to her nose and she had white spots on her throat. The doctor came the next morning and sure enough she had a cleft palate.
Nobody but a mother who had a cleft palate baby can really feel for you. One mother called me and told me that the first three months are terrible, the fourth one a little better. Then when you reach the sixth month, you're pretty well on the way. This is exactly how I found it. At 2 years of age, Joyce had her first surgery and at 4 years of age, her second. We are so grateful for the fine doctors we had. The Lord has been so good to us. We could tell you much more about our family, but it would take too long, Sometimes we wonder how it would have been to have all &dquo;normal&dquo; children, but we would have missed so many blessings. We have met so many fine people, especially mentally handicapped people, through our experiences. We, of course, wouldn't wish any of these handicaps on others, but we have been blessed by them. As I sat waiting to hear about our son, who was hit by a car while crossing a busy road, a social worker asked how I could be so calm. I told her that the Lord had seen us through so many experiences that I just knew he'd see us through this.
Before Joyce was born, He sent our niece from another state to live with us. God told my sister-in-law to come help me one day. It happened that Grace had a seizure at school that day and my sister-in-law was there to drive me to school so I could go with the ambulance to the hospital. God had my sister-in-law stay here when her car was in the garage and that's when our son fell from the rafters in the barn. She stayed here while I went with him in the ambulance. When our son got hit with a car, another sister-in-law had come just a few minutes earlier to pick her children up, so she stayed with the children while I went with the ambulance. Once when we needed special foods, which are very expensive, for our PKU children, we didn't know where we were getting the money from. But we left it up to the Lord. A little later, my sister came and handed me money from our Sunday School class. It came close to the amount we needed for the special food. To the people who ask about the PKU test: That test can make a world of difference in a child. We have learned from experience. Looking at our treated daughter, we just wonder sometimes how Esther would be if we had only known about the test. But God has a purpose for all this, and we don't want to fight against His plans. We live a day at a time.
Anna R. Weaver Denver, Pennsylvania rs. Weaver provides an eloquent answer to an JL inquiry in a Mennonite publication regarding the necessity for newborn metabolic screening. Her strong feelings about her own experience may surprise many, whose experience with highly religious groups has been that they lack faith in many aspects of modem medicine. Mrs. Weaver makes it eminently clear that there need be no conflict between the two. In ele-gantly simple terms, she describes better than any pediatric text the mute, almost autistic behavior of her now 16-year-old daughter, Esther, who, affected by the classic form of PKU, went undiagnosed until age 4. As clinicians, we must be grateful for the firsthand description of the behavior in later life of a brain-damaged child, fortunately a rare sight today. Nonetheless, there is an inescapable sense of love for Esther and an acceptance of her limitations. The beauty of these helps to offset our sense of unnecessary tragedy.
By contrasting Esther with her 10 year-old sister Anna, Mrs. Weaver brings the benefits of early neonatal screening into such clear perspective that no further discussion is needed. All that can be said is that her descriptions and comments should serve as an example for all the strength and tolerance created by love. Her self-deprecating re-marks about her understanding of PKU and its treatment seem entirely in character. The outcome of treatment in Anna's case is, however, proof of modesty rather than ignorance. To remain untouched by bitterness, with such a degree of understanding, is a shining example of the triumph of the human spirit.
As if this were not test enough, with the birth of their daughter Joyce, the Weavers were con- Weaver states innocently that &dquo;soon after (Grace's) birth, we knew that there surely must be something wrong with Esther.&dquo; Parents of a first baby have no standard for comparison ; early discharge deprives them of the benefit of an experienced observer, e.g., a nurse, and may be disastrous. For the most part, we have been passive participants in this trend, mandated by economic forces that we have taken no part in shaping. It is time for us to once again honor our obligations as physicians and speak out against those things in the American health-care system that are forcing us to abrogate our responsibilities. The experiences of the Weaver family bear silent and eloquent witness to die results of our failure to do so.
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